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Abstract		
	
We	describe	a	rare	case	of	bilateral	Hughes-Stovin	syndrome	associated	with	non-small	cell	 lung	cancer	 in	a	
29-years	old	 lady.	Hughes-Stovin	was	diagnosed	on	 the	basis	 of	 pulmonary	 artery	 aneurysms,	 deep	 venous	
thrombosis	and	 fever,	without	 immunological	evidence	of	Behçet’s	disease.	 In	absence	of	a	 radical	 cure	 for	
such	a	complicated	pathology,	the	patient	was	effectively	palliated	for	the	last	12	months	with	a	Cis-platinum	
based	chemotherapy.		
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INTRODUCTION		
	
Hughes-Stovin	syndrome	is	a	rare	clinical	condition	
characterized	 by	 multiple	 pulmonary	 artery	
aneurysms	and	peripheral	venous	thrombosis,	first	
described	 in	 1959	 [1].	 Patients,	 mostly	 men	 aged	
12–40	years	may	present	with	haemoptysis,	cough,	
dyspnea,	 chest	 pain,	 and	 signs	 of	 pulmonary	
hypertension.	 Other	 associated	 features	 reported	
in	 Hughes-Stovin	 syndrome	 include	 fever	 and	
elevated	 intracranial	 hypertension.	 Since	 its	 first	
description,	there	have	been	only	a	few	reports	of	
its	occurrence	in	the	English	medical	 literature	[2].	
Aneurysms	 usually	 involve	 the	 pulmonary	 arteries	
and	 the	 bronchial	 arteries	 resulting	 in	 subsequent	
haemoptysis.	However	they	can	occur	anywhere	in	
systematic	circulation	[3].		
	
CASE	REPORT	
	
		 We	 report	 a	 case	 of	 a	 29-year	 old	 lady	
presenting	 with	 mild	 hemoptysis	 (50ml)	 and	
recurrent	 fever.	 She	 was	 a	 lifelong	 non-smoker.	
There	 was	 no	 past	 significant	 medical	 or	 family	
history.	 Blood	 analysis	 revealed	 a	 high	 C-reactive	
protein	 but	 no	 other	 significant	 abnormality.	 A	
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Chest	 X-ray	 showed	 bilateral	masses	 and	 hence	 a	
CT-chest	 and	 abdomen	was	 performed	 (Figure	 1).	
The	 CT-scan	 showed	 multiple	 pulmonary	 masses	
present	 in	 the	 left	 upper	 and	 lower	 lobe	with	 the	
largest	 measuring	 4.5x3.5cm	 in	 addition	 to	 a	
central	 right	 upper	 lobe	 mass.	 There	 were	 also	
multiple	 pulmonary	 aneurysms	 but	 no	 infra	
diaphragmatic	 pathology.	 A	 vascular	 screening	
pathology	 was	 performed	 and	 revealed	 a	 left	 leg	
deep	 venous	 thrombosis.	 A	 diagnosis	 of	 Hughes-
Stovin	 syndrome	 was	 made	 on	 the	 basis	 of	
pulmonary	 artery	 aneurysms,	 deep	 venous	
thrombosis	 and	 fever	 in	 such	 a	 young	 patient,	
without	 clinical	 findings	 consistent	 with	 Behçet’s	
disease.		
On	the	other	hand,	the	multiple	pulmonary	
masses	 seemed	 to	have	a	 similar	pathology	and	a	
CT-guided	 biopsy	was	 performed	 from	 the	 largest	
mass	 in	 the	 left	 lower	 lobe.	 This	 revealed	 a	 non-
small	 cell	 lung	 cancer	 confirmed	 with	 immune-
cytochemistry	 (Figure	 2).	 We	 had	 no	 radically	
treating	 option	 even	 with	 the	 assumption	 of	
synchronous	 tumors,	 the	 patient	 was	 started	 on	
palliative	 Cis-platinum	 based	 chemotherapy.	 No	
anti-coagulation	 was	 administered	 due	 to	 risk	 of	
fatal	haemoptysis.	She	is	still	alive	12	months	after	
diagnosis.		
	
	
	
	
	
Figure	1:	CT-scan	chest	showing	multiple	
pulmonary	masses.		
	
	
	
Figure	2:	(a)	H&E	section	(x200)	of	core	biopsy	of	
tumour	showing	pleomorphic,	hyperchromatic	
epithelioid	cells	with	a	moderate	amount	of	
cytoplasm	(b)	Tumour	cell	positivity	for	
pancytokeratin	(AE1AE3	x400)	supporting	an	
epithelial	origin	
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DISCUSSION	
	
The	association	of	lung	cancer	with	Hughes-
Stovin	Syndrome	has	not	been	previously	reported	
and	 could	 further	 complicate	 the	 disease.	 In	 our	
patient	 the	 disease	 was	 present	 bilaterally	 with	 a	
central	 right	 side	 lesion	 making	 radical	 treatment	
not	 feasible.	 The	 pathogenesis	 of	 Hughes-Stovin	
syndrome	 is	 not	 known.	 The	 current	 consensus	
opinion	 is	 that	 Hughes-Stovin	 syndrome	 results	
from	 a	 vasculitis	 similar	 to	 that	 implicated	 in	
Behcet’s	 disease	 [2].	 The	 Diagnosis	 of	 Hughes-
Stovin	 syndrome	 is	 established	 in	 young	 patients	
presenting	 with	 hemoptysis,	 fever/chills	 with	
evidence	 of	 pulmonary	 /bronchial	 artery	
embolisms	and	peripheral	venous	thrombosis	with	
no	 clinical	 or	 immunological	 evidence	 of	 Behcet’s	
disease	[4].	The	syndrome	is	most	often	treated	by	
immunosuppressant,	 either	 systemic	
corticosteroids	 or	 cytotoxic	 agents	 (a	 combination	
of	 cyclophosphamide	 and	 glucocorticoids),	 in	
patients	 without	 or	 with	 small	 amount	 of	
hemoptysis	 in	 order	 to	 stabilize	 the	 pulmonary	
artery	 aneurysms	 [2],	 or	 even	 make	 them	
disappear	[5].		
If	 pulmonary	 embolism	 or	 deep	 venous	
thrombi	 is	present	 a	 therapeutic	dilemma	 is	often	
posed	in	using	anticoagulants.	Anticoagulation	may	
prevent	 the	 progression	 of	 pulmonary	 embolism	
and	resolve	vein	thrombi,	but	since	it	increases	the	
risk	 and	 severity	 of	 haemoptysis,	 it	 is	
contraindicated.	 Surgical	 resection	 of	 the	 affected	
segments	of	the	lung	is	to	be	considered	in	cases	of	
high-risk	 rupture	 aneurysms	 limited	 to	 one	
segment	 or	 one	 lung	 [2,	 3].	 However,	 the	 high	
morbidity	 and	 mortality	 associated	 with	 surgery,	
and	 the	 frequent	 bi-laterality	 and	multi-focality	 of	
the	 pulmonary	 artery	 aneurysms	 at	 the	 time	 of	
diagnosis,	 makes	 trans-catheter	 embolization	 an	
alternative	 to	 surgery	 in	 most	 cases	 [2].	
Identification	 of	 aneurysms	 in	 the	 bronchial	
arteries;	which	 is	 an	occasional	 association	 should	
be	treated	by	bronchial	artery	embolization	[3].	
We	add	in	this	report	that	the	development	
of	lung	cancer	on	top	of	Hughes-Stovin	syndrome	is	
usually	a	morbid	 sign	as	 they	may	be	predisposed	
by	 pulmonary	 aneurysms,	 which	 are	 frequently	
present	 bilaterally	 making	 the	 chances	 of	 radical	
treatment	 very	 low.	 Nevertheless,	 surgery	 for	
management	of	lung	cancer	in	this	special	occasion	
will	 depend	 on	 routine	 staging	 but	 radiological	
screening	 for	 all	 patients	 with	 Hughes-Stovin	
syndrome	 mat	 help	 early	 detection	 of	 any	
associated	lung	cancer.	
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